Two Cases (Brother and Sister) of Familial Macular Degeneration in
Adolescence.-HUMPHREY NEAME, F.R.C.S. This condition is not common. The fundus appearance is different in the two cases. The sister has somewhat massive blotches of pigment in the macular area, while in the brother the appearance is more granular or " peppery."
The boy, Norman K., aged 11 years, in April, 1934, had R.V. with°7 5 --6 (partly); L.V. with -0 75 = (partly). + 0-75/700 -f-ff + 0'75 \1O00 On January 5, 1935, the vision was reduced, with the glass, to 6 in each eye. The eyes were examined under atropine, and a slight alteration in the correction made no improvement. Both maculae showed finely stippled pigmentation over an area nearly equal to that of the optic disc. The change is more marked in the centre of each area.
Beatrice K., aged 24, was, according to her mother, a patient at Moorfields Eye Hospital some years ago, at about the same age as that of her brother at presentthat is to say, 11 years. Each macula shows several dense, roughly circular patches of black pigment, of sizes up to about one-fifth of the disc diameter, with a few smaller spots around. In the right, there is also a delicate pigment ring, probably bordering the fovea. She is unable to read ordinary print.
Family history-
(1)? f(2)&
(3)J (4) 3 (* = affected.) (1) Beatrice K., aged 24.
(2) A brother, aged 21. Alive and well. Sight good without glasses. Occupation, plumber-jointer in electrical trade.
(3) Norman K., aged 11. (4) A brother, died nine and a half years ago, aged 9 months, of meningitis. No history of eye defect in previous generation obtained.
Choroidal Sclerosis
By ARNOLD SORSBY, F.R.C.S.
(Abstract) THE reported cases in the literature on choroidal sclerosis fall into three more or less distinct groups.
(1) " Central senile areolar choroidal atrophy " described by Nettleship in 1884. This is shown as a relatively sharply circumscribed oval area extending from the disc to well beyond the macula, revealing varying degrees of atrophy of the choroidal vessels. The condition is bilateral.
(2) Massive peripapillary choroidal sclerosis. An illustration of this condition appears in Haab's Atlas. The lesion manifests itself as a coronary radiation from the disc; choroidal vessels in varying degree of obliteration are seen.
(3) Generalized choroidal sclerosis. An illustration of this condition was given by Stanford Morton in 1885 under the name of atrophy of the choroid. There is a generalized obliteration of the choroidal vessels.
In all these conditions a varying degree of pigmentary disturbance was present and subsequent cases have brought out old age, syphilis, and a possible familial incidence, as eetiological factors. None of these however are conclusive, as cases in young people have been reported and syphilis was absent in all but three cases described.
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The possibility of a familial factor is based on the inconclusive cases of Cuperus, Guglianetti and Wilmer, none of whom, however, has actually seen familial cases, though the histories they give are suggestive. The cases now shown bring out two factors of interest. Two cases of "central senile areolar choroidal atrophy" in brothers with a history of failing vision since the age of 20 are shown; a brother and sister showing generalized choroidal sclerosis, with a history of failing vision since childhood are also demonstrated. Three further cases without familial history are shown. Three of these seven cases show marked cardiovascular disturbances.
One of the problems raised is whether it may not be possible to distinguish two types of retinitis pigmentosa, one being a primary retinal dystrophy and the other a retinal degeneration secondary to choroidal obliteration. The role of choroidal sclerosis in macular disturbances occurring in old people is another consideration. One final point is the diagnosis of sclerosis, as distinct from obliteration, of the chloroidal vessels in the conditions generally passing under the name of choroidal sclerosis.
Illustrative Cases Central Senile Areolar Choroidal Atrophy (Nettleship) in Two Brothers.
-ARNOLD SORSBY, F.R.C.S.
(1) George R., aged 63. General condition good (Dr. G. Konstam). Irregular extension peripherally of the central sclerosis.
(2) Richard R., aged 59. Discu8sion.-The PRESIDENT said he was not so entirely convinced as Mr. Sorsby appeared to be of a distinction between some cases of retinitis pigmentosa and those now described. He (the speaker) remembered many cases of retinitis pigmentosa which, in the final stage, had shown sclerosis of the choroid, but had not shown it in the early stage. On the other hand, he had seen advanced cases with much apparent sclerosis of choroid but in which the pigment was so typical that no one would refuse to believe that there was at least an element of retinitis pigmentosa in it.
He would like to know whether anything had been done on the question of the visual fields in the more limited cases. In the advanced cases one could get nothing, but he had wondered if anything could be done with regard to the fields, especially fields for colour. His view was that th'e field for blue was especially affected in choroidal cases, and it might be possible to trace the progress of the condition early, and fairly accurately, by some such means.
Mr. EU.GENE WOLFF said that if such microscopic sections from these cases of choroidal sclerosis were examined it would probably be found that there was obliteration of the choriocapillaris; this seemed to be the only way in which one could explain the appearance of the fundus. The retinal pigment epithelium, nourished by the choriocapillaris, had, in parts, disappeared (this was why the choroidal vessels were so clearly seen), and the degenerated pigment had invaded the retina. That, he thought, must depend on obliteration of the choriocapillaris.
Mr. SORSBY (in reply) said that the question of retinitis pigmentosa was a difficult one, and the subject was too large to be properly dealt with in an incidental discussion.
With regard to the fields: All the patients with generalized choroidal sclerosis had also a reduction of vision to such a degree that they had no more than perception of light, or, at most, ability to count hand-movements, and for that reason there had been in these cases, no question of taking the visual fields. It was to be hoped that earlier cases would be met with, and it was possible that in such cases interesting results would be obtained, but he was not hopeful of such a line of approach. A restricted field might be due to a primary degeneration of the retina or to death of the retina from an unsatisfactory underlying choroidal circulation. Differentiation of the types of retinitis pigmentosa was, he thought, more likely to be accomplished by a study of the genetic behaviour and the type of general complications, perhaps ectodermal in the retinal variety and mesodermal in the choroidal.
Mr. Wolff's remark as to the obliteration of the choriocapillaris raised another difficult problem, namely, as to what happened when one saw, clinically, the disappearance of the choriocapillaris and occlusion of the larger choroidal vessels. Sometimes it was possible to see sclerosis affecting the small vessels, and the network of these vessels stood out well; in other cases there was no evidence of choriocapillaris, but there was sclerosis and obliteration of large vessels. Whether the choriocapillaris died first, and as a result, the overlying retinal pigment died and became scattered, allowing the choroidal circulation to become visible, he did not know. It was possible to argue a case for the primary change being in the retina with the subsequent changes showing themselves in a closing down of the network of vessels which were no longer needed.
[An account of the Depth-Perception Exerciser shown by the President will be published in the next issiue of the PROCEEDINGS of the Section.]
